INTRODUCTION
E pidermolysis bullosa (EB) is a heterogeneous group of noninflammatory disorders, usually inherited as autosomal dominant or recessive form, characterized by the development of blisters or erosions following the minor trauma of the skin. The clinical presentation ranges from the minimal involvement of the hands and feet to severe, life-threatening, generalized blistering with dystrophic changes, and extra cutaneous involvement. [1] Dystrophic EB (DEB), a rare type, is characterized by defects in Type VII collagen which is encoded by COL7A1 gene located on chromosome 3p21.
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which was becoming chronic. Follow-up biopsies done revealed features consistent with milia and prurigo nodularis. The third biopsy was sent to the present institution.
Histopathological examination showed epidermis displaying focal thinning with effacement of rete ridges. A subepidermal cleft without significant inflammatory infiltrate was noted just beneath the basement membrane zone. The roof of the cleft was formed by very minimal dermal tissue just beneath the basement membrane zone. The dermis showed a horizontal linear array of keratinous cysts with intervening diffuse lymphohistiocytic infiltrate [ Figure 2 ]. Pigment incontinence was noted. Histological features were suggestive of a noninflammatory subepidermal bullous disorder favoring a diagnosis of DEB. Long-standing lesions develop milia which were seen as a horizontal linear array of keratinous cysts. Since the lesions were limited to the pretibial region and were intensely pruritic, the final diagnosis offered was pretibial DEB (dermolytic) pruriginosa (Pr).
DISCUSSION
EB are best classified into three subgroups on the basis of the level at which the skin separates. The three subgroups are -intraepidermal/epidermolytic (EB simplex), intra-lamina lucida/junctional (junctional EB), and sub-lamina densa/dermolytic (DEB). [1] DEB represents a group of inherited disorders that are characterized by defects in Type VII collagen and sub-lamina densa blisters. Type VII collagen is encoded by COL7A1 gene that is located on chromosome 3p21. [2, 3] It is usually inherited as an autosomal dominant or recessive disorder, although an acquired form has also been recognized. The incidence of the hereditary forms is 1:50,000 births; the more severe recessive forms have an incidence of 1:200,000-1:500,000 births. [1] The rare pretibial variant of DEB was first described by Kuske in 1946. [4] Pretibial EB (PEB) is distinguished from other forms of DEB by a milder phenotype which is characterized by nail dystrophy, scars, and milia that are frequently associated with pruritic, lichenoid papules. The skin lesions preferentially affect the pretibial skin. Intact blisters rarely are observed. Although nail dystrophy presents in childhood, the onset of skin lesions typically occurs after 10 years of age and has been reported to occur as late as the fifth decade. [4] The lesions in the present case started when the patient was 3-year-old and gradually progressed to lichenified papules. The lesions were intensely pruritic to disturb the child who was already slightly disabled with low IQ.
PEB shows appreciable clinical overlap with another rarely described DEB subset, DEB-Pr. Several authors have suggested these conditions may represent the same disease. [5, 6] The case in the present study had exclusive pretibial lesions with associated intense pruritis, and hence it was labeled as pretibial DEB-Pr.
The incidence of PEB is unknown. It may be more common than suspected as it can be misdiagnosed as other inflammatory diseases. [7] This has happened in the present case also where earlier biopsies were misdiagnosed as lichen plano-pilaris, lichen planus, and prurigo nodularis. Inheritance of both PEB and DEB-Pr is autosomal dominant, although sporadic, and compound heterozygous cases have been described. [5, 8] On several studies, mutational analysis have shown glycine substitution mutations in COL7A1 in both variants. [8] Histologically, many studies have shown that biopsies from the lesions studied show subepidermal blisters and superficial dermal fibrosis within which multiple small cysts lined by keratinizing epithelium are seen. [3, 9] When the level of clefting was observed carefully in the present case, the roof of the cleft was seen just beneath the basement membrane zone with a minimal amount of dermal tissue. This substantiates the pathology in the Type VII collagen in the region of anchoring fibrils. The dermis may show moderately dense lymphocytic infiltrate. The keratinous cysts have been linked to be of eccrine origin. [10] The mainstay of treatment for this condition includes prevention of trauma and local wound care. Use of cyclosporine, thalidomide, and topical tacrolimus for the treatment of pruritus associated with the DEB-Pr has been recommended by many studies. Recent advances in the treatment of junctional EB by transplantation of genetically modified epidermal stem cells and successful gene expression repair by spliceosome-mediated RNA trans-splicing in EB simplex promise to revolutionize the treatment of EB. [3] CONCLUSION Pretibial DEB with an element of intense pruritis may be a distinct entity where in the lesions are exclusively pretibial and highly pruritic. The prevalence of papular itchy lichenoid lesions, signs of scratching, and paucity of blisters at the time of clinical examination may result in incorrect diagnosis and treatment. An appropriate clinical history and increased awareness of histopathological features will enable earlier diagnosis and suitable management. This rare case of pretibial DEB with intense pruritis occurring in a child with low mental IQ all the more raises the question of means of alleviating the pruritis which may cause secondary changes and mask the true nature of the lesion.
